INTRODUCTION
Mycosis fungoides (MF), a disease of resident memory T cells, is the most common variant of cutaneous T-cell lymphoma. 1 Folliculotropic mycosis fungoides (FMF) is a well-recognized, distinct variant of MF. 2 Clinically, FMF manifests itself as acneiform lesions, with formation of comedo-like plugs and epidermal cysts, follicular papules, follicular keratoses, erythematous patches and plaques, and hair loss in the affected areas. 3, 4 There is a predilection for the face, neck, and upper trunk. 3, 4 Histopathologically, FMF is characterized by dense lymphocytic infiltrates surrounding and infiltrating the hair follicles and usually sparing interfollicular skin. 3, 4 Follicles often show cystic dilation, plugging, and mucin deposition. 3, 4 Adnexotropism in MF is not confined to hair follicles, as eccrine involvement can also be seen. [5] [6] [7] An additional variant of MF, syringotropic MF, is controversially considered a subvariant of FMF. 2, 7, 8 It is characterized by T-cell lymphocytic infiltration of the eccrine epithelium. Interestingly, syringotropic MF often affects the lower extremities and may be associated with superficial erosions and ulcers in up to 21% of cases. 7, 8 The underlying driver of these clinical findings is unknown.
We present a case of FMF with vasculopathic lower extremity ulcers driven by MF with successful treatment with radiation therapy (RT). To the best of our knowledge, the histopathologic features of vasculopathy caused by MF infiltration have not been previously described.
CASE REPORT
An 80-year-old man with a 6-year history of tumor stage IIB FMF, currently plaque stage IB presented to our clinic with nonhealing lower extremity ulcers. Prior treatments for FMF included topical corticosteroids, topical calcineurin inhibitors, narrow-band ultraviolet B, and localized RT to the tumors. He was currently on interferon-a with stable disease. Despite this, the patient had progressive painful erythema, swelling, and ulcers of the lower legs (Fig 1, A) . Treatments for lower extremity stasis were optimized with compression garments and topical timolol ophthalmic to the ulcers without improvement. Gabapentin and pentoxifylline improved the pain without improvement of the ulcers. A biopsy found syringotropic MF with small-vessel vasculopathy with a dense tumor infiltration of vessels (Fig 2, A and B) . The papillary dermis contained a dense, band-like infiltrate of small lymphocytes with variably irregular nuclear contours. Focal epidermotropism was present. In the reticular dermis, the small lymphocytes surrounded eccrine glands and infiltrated the walls of adjacent small vessels. The affected vessels had thickened walls with an onion skin appearance and narrowed lumina. Fibrin deposits were evident within the vessel walls.
The patient underwent focal photon RT to the lower legs (4 Gy in 2 fractions) with a plan for total skin electron beam therapy (TSEBT), and noted significant improvement in his leg ulcers. At 6-month follow-up after TSEBT (12 Gy in 12 fractions), the patient experienced a near-complete response, was feeling well, and was off all systemic therapies (Fig 1, B) . No recurrence of lower extremity ulcers was noted at 15-month follow-up.
DISCUSSION
We present a case of FMF and lower extremity vasculopathy associated with a dense perivascular infiltrate of MF and provide the first detailed histopathologic description of vasculopathy in FMF. Vasculotropism has been previously reported in association with lower extremity ulcers in syringotropic mycosis fungoides. 7 Cases of poikiloderma vasculare atrophicans with associated small-vessel vasculitis and MF with necrotizing vasculitis have also been described. 9, 10 However, the histopathologic description of vasculopathy in FMF has not been previously reported. For the vasculopathy presented clinically as lower extremity ulcers and on histopathologic examination, the atypical lymphocytes were not only syringotropic, but also vasculotropic. The lymphocytes infiltrated the walls of adjacent vessels. Evidence of vascular damage included the onion skin appearance of the thickened vessel wall and the presence of vascular fibrin deposits. Although this is a single report, perivascular involvement of MF may be the underlying driver of lower extremity ulcers in syringotropic MF.
We present a case of FMF and lower extremity vasculopathy associated with a dense perivascular infiltrate of MF that was treated successfully with RT. We provide the first detailed histopathologic description, to our knowledge, of vasculopathy in MF. One should consider syringotropic MF when ulcers are present in a patient with FMF.
